Introduction {#sec1_1}
============

Squamous cell carcinoma (SCC) usually affects the esophagus or anal canal, and organs with squamous linings. SCC of the gastrointestinal tract lined by nonsquamous epithelium is a very rare malignancy which accounts for 0.1--0.25% per 1,000 cases of colorectal carcinoma \[[@B1], [@B2]\]. There are only few reported cases of SCC of the rectum, but interval development of SCC of the rectum without any prior precancerous lesion is a very rare clinical entity. SCC of the rectum mainly affects individuals between the age of 39 and 93 years, with a mean age of 57 years, and is more frequently found in women than in men \[[@B3]\]. The first case of SCC of the colon was described by Schmidtmann \[[@B4]\] in 1919, who reported a case of SCC of the cecum in a 65-year-old male. We present a unique case report of interval SCC of the rectum in a patient who had no prior precancerous lesion on index high-quality screening colonoscopy. This article highlights the current knowledge and appropriate management options for SCC of the rectum.

Case {#sec1_2}
====

An 82-year-old female was admitted for worsening abdominal pain, hematochezia, and bilateral inguinal lymphadenopathy with right-sided purulent discharge. She reported that her symptoms had worsened over 2 months. The patient was a nonsmoker and nondrinker, and review of systems was negative for any weight loss. Physical examination revealed diffuse lower abdominal tenderness and a rectal mass. Vital signs were stable, and laboratory results were within normal limits, with hemoglobin of 13.1 g/dL. Two years prior, she had had an unremarkable screening colonoscopy which met all quality indicators. Abdominal CT scan revealed a suspicious rectal mass with bulky pelvic and retroperitoneal adenopathy. The patient underwent a colonoscopy, which revealed one large circumferential lesion in the rectum (Fig. [1](#F1){ref-type="fig"}). Endoscopic ultrasound showed a hypoechoic irregular mass extending into the muscularis propria measuring approximately 20.5 × 17.7 mm without pelvic organ involvement (Fig. [2](#F2){ref-type="fig"}, Fig. [3](#F3){ref-type="fig"}). The lesion occupied 75% of the lumen. Also, a perirectal lymph node was detected in the perirectal area measuring 13.1 × 16.5 mm. Histology revealed an invasive, moderately differentiated SCC (Fig. [4](#F4){ref-type="fig"}), and staging of the tumor revealed T3, N1, M0.

Discussion {#sec1_3}
==========

SCC is one of the rarest forms of rectal cancer. Ninety percent of rectal cancers are adenocarcinomas, with the remaining 10% being neuroendocrine tumors, lymphomas, and gastrointestinal stromal tumors \[[@B5], [@B6]\]. While SCC can occur throughout the gastrointestinal tract, it commonly affects the anal canal and esophagus. Though cases of mixed histology such as adenosquamous carcinoma have been described in the literature, pure SCC is a very rare histological diagnosis and clinical occurrence \[[@B7]\]. Even though SCC shares similar clinical presentations with adenocarcinoma, we believe it possesses a unique etiology, pathogenesis pathway, and clinical course.

Though the first case of SCC of the colon was reported in 1919, it was not until 1933 that the first case of rectal SCC was published by Raiford \[[@B8]\]. Due to its rarity, the natural history and progression of SCC is not well established. However, information on rectal SCC can be extrapolated from the large population-based National Cancer Institute, which estimated its incidence at 1.9 per million in the year 2000 \[[@B9]\]. In 2007, Kang et al. \[[@B3]\] reported that the incidence appears to be increasing and extrapolated the incidence as high as 3.5 per million population. While risk factors have not been clearly defined, SCC of the rectum has been associated with inflammatory processes such as ulcerative colitis, *Entamoeba histolytica*, schistosomiasis, and human papilloma virus, which has a strong association with squamous cancer of the anal canal \[[@B2], [@B10]\].

The etiology and pathogenesis of rectal SCC remains unclear. One of the leading theories postulates that chronic inflammation leads to squamous metaplasia and subsequent carcinoma. It reasons that irritation from various stressors causes architectural distortion within the epithelial layer. If the inciting stressor is not removed, the area of metaplasia can subsequently undergo dysplasia and subsequent carcinoma. Another theory draws upon the idea that mucosal stem cells are pluripotent and capable of multidirectional differentiation. Nahas et al. \[[@B11]\] showed that the keratin profile for rectal SCC and adenocarcinoma were similar and unlike SCC of the anal canal. The theory suggests a common cellular ancestor for both cancer subtypes.

The clinical presentation of SCC is similar to adenocarcinoma, with rectal bleeding being most frequently reported. Furthermore, many supposed rectal SCC may be an extension of anal or gynecological carcinoma, requiring diagnostic vigilance. It is for this reason that Williams et al. \[[@B12]\] established guidelines before a definitive diagnosis of SCC can be made. These criteria include: (1) exclusion of primary SCC from distant sources; (2) exclusion of a squamous lined fistula from the bowel tumor; (3) the tumor must originate from the rectum and not be an extension of SCC of the anus; (4) confirmation of SCC by histology. To fulfil the above criteria, we decided to proceed with endoscopic ultrasound, which confirmed its origin from the rectal wall with enlarged perirectal lymph node and no local spread to adjacent pelvic organs.

Traditionally, rectal SCC has been treated with surgical resection. However, in the recent decade, there has been growing interest in the use of chemoradiotherapy. Following multiple randomized controlled trials, the Nigro protocol has become the standard of care in treating anal carcinoma. It encourages the use of chemoradiotherapy, followed by the use of surgery for rescue therapy. The protocol has been slowly adopted to treat rectal SCC. Guerra et al. \[[@B9]\] in their review showed that chemoradiotherapy had an overall survival of 85% compared with 45% for conventional treatment.

In conclusion, SCC of the rectum is a very rare and malignant disease. Current screening guidelines recommend repeat screening colonoscopy after 10 years in an average risk population if the index screening colonoscopy is unremarkable and meets all high-quality indicators. However, cases of interval cancer can occur. Thus, more research is needed to understand the etiology and pathogenesis of SCC of the rectum. We believe that more multicentric studies are needed to develop a screening tool for the prevention of SCC of the colon.
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